[Abnormality of telomere maintenance linked to bone marrow failures].
Telomeres are structural elements that seal and protect the ends of linear chromosomes from illegitimate recombination, end-to-end fusion, or being recognized as damaged DNA. These repeats are gradually lost with cellular replication and aging. Telomere attrition eventually leads to critically short telomeres, inducing cellular proliferative senescence and/or apoptosis possibly due to genomic instability. It is thought that telomeres are shortened as a result of pathogenic mutations in telomerase gene components which are DKC1, telomerase RNA component (TERC), and telomerase reverse transcriptase (TERT), and in SBDS gene that lead to an impairment in the proliferative capacity of hematopoietic stem cells in patients with inherited and acquired bone marrow failures.